A 9-month-old Muslim boy presented with an occasionally draining punctate opening in the neck, dribbling of urine since birth, and deformed external ears. Examination revealed presence of subcoronal (distal/anterior) hypospadias ( Figure 1A and B) that was noted by his parents only during the preparation of religious circumcision. The child had low-set ears, grade 1 microtia on the right side, along with ipsilateral preauricular sinus ( Figure 1A and C). An opening at the junction of middle and lower third of the anterior border of right sternocleidomastoid suggested a second arch pharyngeal fistula ( Figure 1A and C). The child was yet to develop vocalization. An oto-acoustic emission screening resulted in ''refer'' in both ears with transient-evoked and distortion product test protocols. Subsequent brainstem-evoked response audiometry suggested bilateral mild-to-moderate hearing impairment with delay in absolute latency ( Figure  2A and B). Computed tomography scan of the temporal bones done at a later date showed stenosis of the right external auditory canal (EAC), with normal middle and inner ear structures ( Figure 2C and D) . Ultrasonography of the abdomen was unremarkable. There was no similar presentation in any of the first-order relatives. A clinical diagnosis of nonfamilial branchio-oto-renal/branchio-otic (BOR/BO) syndrome was made. The child was treated for hypospadias and is scheduled for excision of the pharyngeal fistula at a suitable later date. Meanwhile, he has been put on an appropriate auditory rehabilitation program. His parents have been counseled regarding the implications of the congenital stigmata on how they could affect his quality of life and chances of their future inheritance in the family.
The BOR syndrome is an autosomal dominant disorder with relatively high penetration and can occasionally be sporadic; it results most commonly from mutation of the EYA1 gene (8q13.3).
1,2 The phenotypic expressions of BOR syndrome is highly variable and heterogeneous. Nevertheless, there are characteristic clinical hallmarks forming its major diagnostic criteria, such as hearing impairment (conductive, sensorineural, mixed), deformities of the pinna (including microtia), second pharyngeal arch anomalies, preauricular sinus, and renal anomalies. 3 A minimum of 3 without a family history clinically establish the syndromic disorder. 3 The BOR syndrome sans renal anomalies constitutes the BO syndrome; being allelic disorders, they share similar genetic and morphologic characteristics and are referred together as BOR spectrum disorders.
1,2
Renal anomalies associated with BOR/BO syndrome occur in 30% to 80% of patients and constitute renal hypoplasia/aplasia, multicystic dysplasia, malrotation, steatosis, membranous nephropathy, nephroptosis, and glomerulonephritis.
1,2,4 Involvement of the collecting system, like occasional calyceal cyst/diverticulum, calyectasis, pelviectasis, vesico-ureteric reflux, hydroureter, double ureter, and hydronephrosis secondary to uretero-pelvic junction obstruction, 1,2,4 is relatively less common. However, urethral anomalies have not been previously reported in association with BOR/BO syndrome, except for one instance of urethral stenosis in a Japanese patient. 2 In this context, hypospadias is a new clinical entity that is being described in the present child with clinically established BOR spectrum disorder who had no other clinically detectable anomaly in the rest of the renal/excretory system. Presence of hypospadias here might be argued to be coincidental. However, this child has met with all the other major diagnostic criteria for BOR/BO syndrome, like bilateral hearing impairment, auricular malformation (microtia) along with EAC stenosis, branchial fistula, and preauricular sinus, thereby satisfying the minimum requirements for considering nonfamilial form of BOR spectrum disorder in the given clinical scenario. Taking into account the heterogeneity and the extremely variable phenotypic expressivity of BOR/BO syndrome, we propose hypospadias as one of the defining features that completes the congenital symptom complex in this child. Further, this theoretical proposition underlines the importance of determining the strength of clinical correlation essential for evaluating a syndromic child and mandates a thorough search for congenital stigmata in known multisystem disorders in children presenting to the otolaryngologists with craniofacial and pharyngeal arch dysmorphogenesis.
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